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What are the 


e Systemic lupus 
erythematosus (SLE) 

eScleroderma 

e Myositis 

e Mixed connective tissue 
diseases 

* Overlap Syndrome 

e Undifferentiated СТО 


Characteristics of autoimmune 
connective tissue diseases 


* Multi-system involvement 
e Commoner in woman 
* Family history of autoimmune disorder 


* Associated characteristic autoantibodies (e.g ANF positive) 


Systemic 
lupus 
erythemato 
515 


Epidemiology (YOUNG BLACK 


e Wo :1) -> yes 
* World-wide IR fluctuate 
e 1:1000 to 1:10000 
* African-American > Hispanic > Asians > Caucasians (SLE more 
in blacks) 
* Age: 15 - 45 years (Young in reproductive years) 
* Little data from SSA 
e Similar patterns with higher rate in Africans 
* Manifestations are varied from mild to life threatening disease 
* Risk factors: familial and environmental (sun-exposure is a big 
environmental thing to ask in Hx... Hence as Treatment we 


Clinical features of SLE (МВ”Метогіге: 
 Бавзмвинойау (поне. Теуег, arthralgia, weight changes) 
e Raynaud s(Must have 2 colour changes), SICCA (dry eyes dry 


mouth Sjogren's syndrome) 

* Musculoskeletal: arthralgia, arthropathy, myalgia, frank arthritis 
(painful swollen joints)... NB:Pattern of Arthritis(small joints) in 
SLE is same as in R.A, difference is that In SLE there's no 
deformities. 

* Dermatologic: malar rash (spares nasolabial folds) , 
photosensitivity, discoid lupus (rash that heals with Scarring involving 
scalp and behind ears) , alopecia (non-scarring alopecia with lupus thin 
hairs which break easily) -- Painless MOUTH ULCERS. 

* Renal: oedema, change in urine, Hypertension. (Main one, they 
come with oedema, and in urine dipstick u see protein or blood) 

e Neuropsychiatric: headaches (common), seizure (also 


PREV 

-Gastyeinmtestinal: nausea, dyspepsia, abdominal 
pain (less common) 

* Hematologic: bruising (coz Thrombocytopenia) , 
recurrent infections(coz of PANCYTOPENIA), fatigue 
(Anemia), thrombosis(DVT and Р.Е). 

“ОС history: parity, miscarriages, OC, НЕТ. (Important 


coz someone with lupus can have Antiphospholipid syndrome)... 
OC-Increase risk of Thrombosis) 


*Family history: + AID 


Mouth ulcers 


е Malar rash(ric 


е Photosensitivity (left) 


е Subcutaneous lupus rash 


* Non-scarring Alopecia... 


* Only time u get 
scarring 
alopecia Is if u 
get discoid 
lupus involving 
scalp 


Investigations (АМҒ is a type of 
ANA) 


* ANF: Indirect immunofluorescence test: Пер 2 cells in 
dilution 


ANA: ratio 1: 160 is a positive because >10% of the 
normal population can have a low titre + but not 
have lupus. 


pattern for 
while staining pattern for 


* 9896 with SLE have elevated serum levels of ANA 
e ЦО/ nf nannlo with a noncitisa ANA hii nn SIE 
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Nucleolar Centromere Peripheral 


Histones (H1, HIA. HIB, НЗ, H4) 


sm БЕР core proteins В, Pr, 
D, E) 


UI-RHFP* (SnRNP specific proteins 
A, E, 70-k Da) 


Кее. „А, 
(60-kDa and 52. Га proteins) 


а/ 335 В (48-k Da protein) 


Ribosomal P proteins 


| Phospholipids 182 glycoprotein |! 


MCLATIEONS 


Зресійсігу for SLE 
С orrelarion with disease activity (especially activity of 
lupus nephritis) 


SLE and drug-induced lupus 


High diagnostic specificity for SLE 
Ma correlation with disease activity 


Mixed connective tissue discascfrelated overlap syndrome 


(when nor accompanied by anti-Sm antibodies) 


Neonatal lupus (especially if anei-52-kDa} 
Photosensitivity, Sjögren a syndrome 

Subacute cutaneous lupus 

NM spectrum disorder (myelitis, optic neuritis} 


Meonatal lupus (with anti-SS-A/Ro) 
m Hrem S ау гай гентие 
Associated wich anti- SS- ARO 


High diagnostic specificity for SLE 
(Cytoplasmic staining 
Psychiatric disease 


Inhibition of in vitro coagulation tests 
(lupus anticoagulant) 

Thrombosis 

Recurrent abortionz/feral wasting 

Meurological disease (focal presentations) 

Thrombocytopenia 


FREQUENCY 


50% to 7095 


70% to 100% | 


209 to 30% 
З, Гуз 359%; 
309 

15%, 
15%, 
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Requirements: > 4 criteria (at least 1 clinicaland 1 laboratory criteria) 
OR biopsy-proven lupus nephritis with positive АМА or Anti-DNA 


Clinical Criteria Immunologic Criteria 


1.Acut‘ Cutaneous Lupus“ 1.ANA 

2.Chronic Cutaneous Lupus* 2.Anti-DNA 

3.Oral or nasal ulcers * 3. Anti-Sm 

4. Non-scarring alopecia 4.Antiphospholipid Ab * 

5. Arthritis * 5. LOW complement (СЗ, C4, CH50) 

б. Serositis * 6. Direct Coombs test (do not count in 
7. Renal * the presence of hemolyticanemia) 
8. Neurologic * 

9. Hemolytic anemia 


10. Leukopenia * 
11. Thrombocytopenia (<100,000/mm*) 


TSLICC: Systemic Lupus International Collaborating Clinics 
* See notes for criteria details 


NB: Lupus nephritis is diagnosed by ——  — 
е 


New ACR and EULAR criteria for classification of SLE 


All patients classified as having systemic lupus erythematosus must have a serum titer of antinuclear 
antibody of at least 1:80 on human epithelial-2-positive cells or an equivalent positive test, In 
addition, a patient must tally at least 10 points from these criteria. A criterion is not counted if it has 
a more likely explanation than SLE. Occurrence of the criterion only once is sufficient to tally the 
relevant points, and the time when a patient is positive for one criterion need not overlap with the 
time when the patient is positive for other criteria. SLE classification requires points from at least 
one clinical domain, and if a patient is positive for more than one criterion in a domain only the 
criterion with the highest point value counts: 


Clinical domains 


Immunologic domains 


Points 


Constitutional domain 

Fever 

Cutaneous domain 

Nonscarring alopecia 

Oral ulcers 

Subacute cutaneous or discoid 
lupus 

Acute cutaneous lupus 

Arthritis domain 

Synovitis in at least two joints or 
tenderness in at least two 
joints, and at least ЗО min of 
morning stiffness 

Neurologic domain 

Delirium 

Psychosis 

Seizure 

Serositis domain 

Pleural or pericardial effusion 

Acute pericarditis 

Hematologic domain 

Leukopenia 

Thrombocytopenia 

Autoimmune hemolysis 

Renal domain 

Proteinuria >0.5g/24 hr 

Class ІІ or V lupus nephritis 

Class Ill or IV lupus nephritis 
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Source: Dr. Johnson 


Antiphospholipid antibody domain 


Anticardiolipin IgG >40 GPL or 
anti-B2GP1 IgG >40 units ог 
lupus anticoagulant 


Complement proteins domain 


Low C3 or low C4 
Low C3 and low C4 


Highly specific antibodies domain 
Anti-dsDNA antibody 


, Anti-Smith antibody 
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MDedge News 


Investigati - Coombs 


* LDH, smear, iron etc 
* Urine gipstick * Complements: СЗ/С4 
e FBCwith Differetial count : (SLE causes 
Pancytopenia and thrombocytopenia, and * APS: ACA, LA, B-GP 


anemia) * Autoimmune: 


* Haemoglobin (anemia: haemolytic) 
* Low WBCC, diff count RF/ACCP/ANCA (To 
“ТСР exclude К.А and 


Vasculitis(ANCA) 

° Viral Screen: HIV/Hep B, 
Hep С (since they'll be 
given immune 
suppressants) 

* RPR 


e LFT (coz I’m about to start them on drugs and 
to exclude Auto-immune hepatitis) 
* TFT (coz of Auto-immune Thyroid disease) 
e KIDNEYS= 
* U&E 
* UPCR (Urine protein and creatinine ratio) 


* UMCS (to exclude infection) 
IMAGING Rest depends on systems 


- Bone&joint XR: if someone presents with  * Lipogram, HbAlc etc 


arthritis (would show non-erosive disease) and (SLE patients had 
CXR if Serositis. accelerated 
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Мападет 


е De on disease severity and organ involvement 


е Initial treatment: Glucocorticoids[Oral Prednisone] (Oral/l.V... if 
e,g neurological problem=we give І.У) 


Specific immunosuppressant drugs 
e HydroxyChloroQione (Is an antimalarial drug which helps in the 
constitutional symptoms and help prevent target organ involvement) 
* MMF(Mycophenalate Mofetil)= Indication is LUPUS NEPHRITIS. 
* CYP(Cyclophosphamide) [] Teratogenic, premature ovarian failure. 
* Azathioprine [] Cause BONE MARROW toxicity and hepatotoxicity. 
* Methotrexate [] When they have Joint problems. 


* Multidisciplinary including physiotherapy (if muscle, joint problems), 
social workers (coz these patients usually have hard time going to 


Are Ann familh; mate Aaffartan nia) atr 


Table 2. Immunosuppressants used іп SLE 


Indication Dose/route Important adverse effects Monitoring 
АМ (CQ) «SLE 4 mg/kg/day ideal body weight + Skin hyperpigmentation Screen for maculopathy annually 
• Lupus-like syndromes (ог by height in number of » Maculopathy after 5 years of use or annually in 
200 mg tablets/week: elderly 
<154 cm, 4/week; 


154 - 174 cm, 5/week; 
>174 cm, 6/ week) 


CS Severe organ IV methylprednisolone or Numerous comorbidities Lowest dose possible, taper rapidly 
involvement oral prednisone 0.5 - І mg/kg (Table 3) 
МТХ Skin, joint 7.5 - 25 mg/week « BM toxicity FBC, AST 
« Hepatotoxicity, teratogenic 
СҮС « Nephritis IVI pulse 10 - 20 mg/kg monthly • Teratogenic « FBC before infusion 
• NPSLE (less toxic than oral CYC) + Premature ovarian failure « Co-prescribe with MESNA to 
• Vasculitis Euro-lupus regimen 500 mg IVI • BM toxicity, infection | bladder toxicity 
• Other severe organ « Malignancies 
involvement 
А?А « Haem 1-5 mg/kg/day ро « ВМ toxicity, infection ? TPMT test before initiating, 
« Skin + Hepatotoxicity FBC in first 3 - 4 weeks of therapy, 
« Nephritis 4-monthly FBC and AST 


maintenance 


ММЕ + Haem 2 g/day po in 2 divided doses + Teratogenic 
• Skin + GI disturbance (| dose and 
+ Nephritis induction co-prescribe with H,-receptor 
and maintenance antagonist) 
+ BM toxicity, infection 
CYA Haem 3 - 5 mg/kg/day po « Hypertension 
Ф Renal dysfunction 
• Impaired glucose tolerance 
« Hirsutism 
IVIG Haem (ITP/TTP) 2 g/kg for 5 consecutive days «+ Thrombosis 
+ Flu-like symproms 
Rituximab Refractory nephritis, 500 - 1 000 mg/day І and Serious infections: 
severe haematological day 15, IV 6-monthly or at • Hepatitis В reactivation 
disease and NPSLE relapse « Progressive multifocal leuko- 
(off-label uses) 5 
= antimalarial; CQ = CS = corticosteroids, MTX = methotrexate; CYC = eei een 
FBC- id eee ак: MESNA ——ͤ —— 


TTP = thrombotic thrombocytopenic purpura. 


FBC, AST 


« Blood pressure monitoring 
« Creatinine 


Hepatitis B serology prior to 
infusion 


ips em to EN = bone marrow, 


* COMPLICATIONS OF SLE with associated drugs 
ayo (READ)... NB= LYMPHOMA 3 FOLD RISK if u 
have SLE, Diabetes, atherosclerosis and 

Table 3. сең ЕШШ ЕДЕН and therapy 


Comorbidity Comments Associations Prevention/therapy 

Infections Bacterial and opportunistic Ф CS dose * Pneumococcal (5-yearly) and influenza 
respiratory and urinary tract • Disease activity vaccine (annually) 
infections Ф Vigilance by patient and healthcare team 

«АМ may be protective 
Tuberculosis Pulmonary and extrapulmonary + CS dose • INH prophylaxis if moderate dose (215 
mg/day) CS prescribed 
Atherosclerotic CV disease Premature CV events « CS dose Ф Physical exercise 


+ Traditional and other risk Ф Stop smoking 
factors (APLS, inflammation) + Low-dose aspirin 


‚ Statin and AM therapy 
Hypertension Ф CS dose е Target: «130/80 mmHg if nephritis is 
Nephritis present) 
«АСЕ or ARB if proteinuria 
Dyslipidaemia Ф CS dose + Low threshold for intervention: SLE 
• Nephrotic syndrome patients are a high-risk category 


е Target LDL cholesterol «2.5 mmol/L 


Diabetes mellitus s CS dose «АМ may be protective 
v Obestity and other features of + Oral hypoglycaemic or insulin therapy 


the metabolic syndrome 
Osteoporosis C dose « Calcium and vitamin D supplement to any 
patient recelving (5 

« DEXA scan 5-yearly in postmenopausal 

women 

+ Bisphosphonate therapy if osteoporosis 
Avascular bone necrosis Suspect I hip or knee pain, МЇ + CS dose « Bisphosphonates or core decompression if early 

to detect early « APL antibodies « Joint replacement if late 

Uterine cervix carcinoma «(ҮС Hp vaccine 

» Annual Pap smears 
Lymphoma 3-fold increase in SLE « Thorough clinical examination 


fe ce е аа rly e eee llena syndrome AM = antimalarial; INH = Isontazid; 
ACH = angiotensin converting enzyme inhibitor; ARB = angiotensin receptor blocker; DEXA = dual-energy X-ray absorptiometry; HPV = human papillomavirus, 


Antiphospholipid antibody 


syndrome 
Clinical manifestations: 


Venous thrombosis 
Arterial thrombosis 
Recurrent 
miscarriages**** 


Thrombocytopaenia 


APLS Diagnostic criteria (must 


Clinical criteria 
1. Vascular thrombosis: >1 arterial, venous, or small vessel thrombosis. 
2. Pregnancy morbidity 
a. 21 fetal death (at or beyond the 10th week of gestation) 
b. 21 premature birth before the 34th week of gestation because of eclampsia, 
severe preeclampsia, or placental insufficiency 
23 consecutive (pre) embryonic losses (before the 10th week of gestation) 


Laboratory criteria 
Lupus anticoagulant positivity on 22 occasions at least 12 weeks apart. 
Anticardiolipin antibody (IgG and/or IgM) in medium or high titer (i.e., >40, or above the 
99th percentile), on two or more occasions at least 12 weeks apart. 
Anti-B2-glycoprotein-I antibody (IgG and/or IgM) in medium or high titer (i. e., above the 
99th percentile) on two or more occasions at least 12 weeks apart. 


Definite APS is present if at least one af the clinical criteria and one of the laboratory criteria are met 


Antiphospholipid antibody 


syndrome 
“Мау be PRIMARY ог SECONDARY 


*Occurs in about 30 - 50% of SLE patients 


TABLE 1: POSSIBLE CONSEQUENCES ОҒ АР5 


Cardiovascular Cerebrovascular accident, sinus thrombosis, cardiac valvulopathy, 
myocardial infarction 


Dermatologic Livedo reticularis, purpura, infarcts/ulceration 

Hematologic Thrombocytopenia, hemolytic anemia, arterial or venous thrombo- 
embolic disease 

Musculoskeletal Avascular necrosis of bone and other infarctions or hemorrhage 

Neurologic Stroke, transient ischemic attacks, cognitive dysfunction 

Obstetric Spontaneous abortion, preterm delivery (before 34 weeks), pre- 
eclampsia, eclampsia, or placental insufficiency 

Ophthalmic Ocular thrombosis 

Pulmonary Embolism, pulmonary hypertension 


APS = antisphospholipid syndrome. 
Adapted from references 2, 4. 


ПМЕОО RETICULARIS 


Scleroderma 


* Epidemiology 

* Causes 

* Clinical presentation 
* Investigations 

* Management 


An ancient disease 


= Hippocrates first described this condition as thickened skin. 

= In 1836, Giovambattista Fantonetti used for the first time the term 
“skleroderma generale" to describe a patient with dark leather-like 
skin who exhibited a loss of range of joint motion caused by skin 
tightening. 


Scleroderma: who gets it? 


* Age: occur at any age (35 and 64 years) 

* Female : male = 4:1 

* It occurs in around 30 persons per million population per year 

* Estimated 125,000 active cases in the United States 

* Occurs at a younger age in African-American women than in 
European-American women and is more likely to be dcSSc. 

* Highest incidence ? Choctaw Native Americans residing in Oklahoma 
have the highest reported disease 


Eti іс Agent 


Genetie Predispoasition 
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Lr -ULOPATHY AND TISSUE FIBROSIS 


- = Lud 


Кеу 

characteristics 

e Skin thickening and poor healing ulcers in digits. 

e Raynaud's phenomenon*** it's the first thing 
that comes. 


* Oesophageal reflux or dysmotility. 
* More than 9096 are antinuclear antibody (ANA) 
positive (ok) 


e CREST SYNDROME 

e System involvement: Lungs= 
Pulmonary hypertension and 
Interstitial Lung disease. 


Classification of sclerodarmna 


Scleroderma 


Localized/Morphea 
| (not discussed in this chapter) 


Generalized scleroderma (systemic sclerosis, SSc) 


Limited cutaneous SSc 
CREST (limited terminology) 3 : Diffuse cutaneous 556 
C—Calcinosis. 
R—Raynaud's phenomenon, 
E—oEsophageal dysmotility. 
$—Sclerodactyly. 
T—Telangiectasia. 


Limited апа Diffuse SSc— 
Skin Involvement 


Limited | Diffuse 


Медет Т. In Clements and Furst 2% Edition, Systemic Sclerosis 


LIMITED = Tightening of skin BELOW KNEES AND BELOW ELBOW Face 


T sam E 


1. Tightening of skin 
SKIN CHANGES 


1. Oedematous phase 

2. Indurable phase with skin 
thickening 

3. Atrophic phase with 


contractures 


There’s 3 colour changes raynauds in right hand 


e Sclerodactyl is associated with Digital 
Ulcers. 


Hypopigmentation in skin 


Skin 
changes 


Hands: sclerodactyly 

Face: expressionless, pursed lips, microstomia 
Other 

Hyper / hypo -pigmentation (Salt and pepper гази they have 


* Salt and Pepper rash = white spots with areas 


Purseing of lips and Microsctomia ` i 
hyperpigmentation on 


Microstomia- can't fit in 3 fingers in mouth. 


C 


Figure E: Tho version armen of the lcu are гәгегегін —é— 
nos mee ioo pmaeni on ha rg 


Rest of Pics are Telangectasia 


e XR Showing 
Extensive 
Subcutaneous 
CALCINOSIS. 


Каупаца 5 


Ee mato 


Affects 4 - 1596 of 
population 
“ЕМ 20:1 
* Triphasic colour 
response W-B-R 
* Ischaemic damage: 
rare 


* MX: avoid cold 
exposure nifedipine 


Assoc. with a connective 
tissue disease within 2 
years of onset 


Features 
Positive 
ANF 

Oesophage 
al 
dysmotilit 
y 


Prevalence of 
Ravnaud's 


Limited Scleroderma 
10096 

e Diffuse scleroderma 
70-80% 

“Сап also occur in SLE 
20-45%. 

e PIC= Digital pitting 
Scar. 


———— 


Skin thickening of the fingers of both hands extending proximal 
to the metacarpophalangeal joints (sufficient criterion) 


Skin thickening of the fingers (only count the higher score) 


Fingertip lesions (only count the higher score) 


Telangiectasia 
Abnormal nailfold capillaries 


Pulmonary arterial hypertension and/or interstitial lung disease 
(maximum score is 2) 


Raynaud's phenomenon 


SSc-related autoantibodies (anticentromere, 
anti-topoisomerase І [anti-Scl-70], anti-RNA polymerase 111) 
(maximum score is 3) 


* The criteria are not applicable to patients with skin thickening sparing the fingers or to patients who have a scleroderma-like disorder that better explains 
their manifestations (e.g., nephrogenic sclerosing fibrosis, generalized morphea, eosinophilic fasciitis, scleredema diabeticorum, scleromyxedema, 


Puffy fingers 


Sclerodactyly of the fingers (distal to the metacarpophalangeal joints 
but proximal to the proximal interphalangeal joints) 


Digital tip ulcers 
Fingertip pitting scars 


Pulmonary arterial hypertension 


Interstitial lung disease 


Anticentromere 3 
Anti-topoisomerase I 
Anti-RNA polymerase 111 


erythromyalgia, porphyria, lichen sclerosis, graft-versus-host disease, diabetic cheiroarthropathy). 


T The total score is determined by adding the maximum weight (score) in each category. 
Patients with a total score of 2 9 are classified as having definite scleroderma. 


9 


РКЕМ 


• (Ahtiit&htromere-3 Antibody is in LIMITED 
SCLERODERMA 

e Anti-Scl-70 antibody(anti-topoisomerase |) = 
in Diffuse Scleroderma. 


ORGAN SYSTEM INVOLVEMENT 
Skin thickening 

Telangiectasia 

Calcinosis 

Raynaud's phenomenon 

Arthralgias or arthritis 


Tendon friction rubs 


Myopathy 


Esophageal hypomotility 


Pulmonary fibrosis 
Congestive heart failure 


Renal crisis 


DIFFUSE (%) 
100 

0 

5 

85 го 95 
80 

65 

20 

15 

35 го 59 
10 

15 


Disease progression 


digital edema 
sclenadachyly 
Gl involvement 


telangieclasia 
calcinosis 


0 -5-10 years -10-20 years 


Figure 18-2, Classic presentation of limited cutaneous systemic sclerceis, 


Raynaud's 
progressive Skin thickening 
friction rubs 


Gl involvement 


arthritis 

fatigue 

Scl-70 
Nucleolar АМА 


! 


О 1-12 months 1-4 years 


Figure 18-3. Classic presentation of diffuse scleroderma. 


Lung fibrosis 


the lungs 


«РЕТ with measurement of DLCO 
at the baseline and every 
4-6 months during first 3 years 
+ Consider high-resolution CT of 


Pulmonary hypertension 

* Doppler echocardiography 

« Уеа у РЕТ with measurement 
of DLCO 

= DETECT algorithm if eligible* 

+ Right heart catheterization to 

confirm pulmonary arterial 


and nutrition 


breath test 


Cardiac disease 

+ Doppler echocardiography 
every year 

« Electrocardiogram 

* Troponin or brain natriuretic 


Renal 

+ For patients with anti-RMA 
polymerase Ш positivity or 
early diffuse systemic sclerosis: 
+ Blood pressure monitoring 


three times a week peptide 

+ Prednisone (» 15, mg/day) Ф Cardiac MRI if high risk 
with caution 

+ Estimated creatinine clearance 
and urinalysis at regular 


intervals 


Gastrointestinal symptoms 


+ Symptont: based investigations, 
such as barum зуға Оу, 
gastric-emptying study, and 


Managem 
Treatment 


* Keep warm: gloves, socks 


«арат 1 and 2 for Treating RAYNAUDS 


“ Vasodilators :CCB are the first choice 
* Nifedipine, diltiazem, and amlodopine (verapamil does not work). 
* The dose of these drugs is increased until the desired effect is obtained or side 


effects. 
* Antiadrenergic agents such as prazosin, doxazosin, methyldopa, and 
reserpine and ACEI less effective than the CCB 


* ARB: losartan, valsartan, or irbesartan: good results 


* Topical nitroglycerin ointment applied sparingly over the affected area for 
20 minutes three times a day - headache. 


A half an aspirin a day to inhibit platelet activation is also recommended 


Myositis (Young black woman) 


е Annual incidence of 2 to 10 cases/million 
* Peak age of onset is bimodal іп DermatoMyositis: 


* one peak at 5 to 15 years of age(Juvenile) , and the 
other at 45 to 65 years. 


Clinical presentation (Proximal muscle 
weakness) 
— — 
present 
* Neck flexor weakness 
* Muscle pain in 50% 


Skin manifestations 


е нео rash (Peri-Orbital Rash) 

° Gottron’s papules (extensor surfaces оп РІР,МСР апа 
elbow joints) 

* V-sign rash. (hyperpigmentated Photosensitive rash іп V of 
the neck) 

* Shawl-sign rash: shoulders and proximal arms. 


* Holster-sign rash:lateral aspect of proximal thighs 

* Mechanic's hands: crackina and fissurina of the skin of the 
Ппаег pads, especially the radial side ot the index finger. 
Associated with antisynthetase antibodies. More commonly 
seen in PM than DM. 


* Nailfold abnormalities: periunaual ervthema, cuticular 
overgrowth, dilated capillary loops. (See Chapter 74.) 
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e V-Sign 


Ф Grotton’s Papules 


° Heliotrope Rash 


Dermatomyositis 


MECHANIC’S HAND 
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Classification criteria 


* Polymyositis 

e Dermatomyositis 

е Inclusion body Myositis 

e Myositis associated with CTD 


e Myositis associated with 
Malignancy 


Characteristic features 


Elevation of serum 


features of | Selen тізді 
5 enzymes, 
— particularly CK 


symmetrical | | 

weakness of limb- а —— Muscle biopsy 

girdle muscles and | Ж | evidence typical 
anterior neck ай | of myositis 


Extra-muscular features of IIM 


Malignancy 


Desophageal 


calcification 


Causes 


Drug and toxin-induced myopathies 


[especially Stalins, Ме, d-penicilamime, colchicine, amiodarona, antimalarials, AT, alcohol, cocaine, antilungals, anti-TNF inhibitors) 


Neuromuscular disorders 

Muscular dystrophies f.., Duchennes 

Neuromuscular junction disorders fe. g., myasthenia gravis, 
Eaton-Lambert syndrome) 

Пепегуайгю conditions geug., amyobraphas lateral всего] 

Endocrine disorders 

Hypothyroidism (may see CK as high as 3000) 

Hyperthyroidism 

Acramegaly 

Cushing's disease 

Addison's disease 

Miscellaneous 

sarcoidosis 

Other rheumatic disorders teg, podymyalgsa rheumatica, 
fibromyalgia syndrome, inflammatory arthritidas, vasculitis 

Carcinomatous neuromyopathy 

Acute Mabdomyolysis 


Infectious myositis 

Bacterial (Siephiyococcus, Sfrepiococcus, Borrelia burgaorfer) 

Viral (8.9., НА adenovirus, influenza) 

Parasitic le. g., Toxoplasma, Trichinella, Taenia) 

Metabolic myopathies 

Ghytogen storage diseases (e.0., MATH s or myophtsphorylasa 
deficiency, acid maltase deficiency] 

Abnormalities of lipid metabolism je.g., camitine deficiency, carniline 
palmitoyl transterase deficiency) 

Mitochondrial myopathies 

Nutritional disorders (malabsorption, vitamin D and E deficiencies) 

Несіп йе disorders (hypocalcemia and hypercalcemia, hypokalemia, 
hypophosphatemia) 

Organ failure (uremia, liver fadure] 

Amylaidesis 


2017 EULAR/ACR diagnostic criteria 
for ІМ 


| | = 18-40years 


* Upper extremities 
Clinical muscle variable * Lower extremities 
* Neck flexors 

x * Helitrope rash 
Skin variables 2 Gotrans Бари 


Other clinical variables е Dysphagia or oesophageal dysmotility 


+ Elevated CK/LDH/AST/ALT. 101 = Polymyositis and 
= AntiJo-1 МІ2- Dermatomyositis 


Laboratory variable 


- Endomysial/perimysial infiltrate 
Muscle biopsy variable * Perifasicular atrophy Findings on Muscle biopsy 
* Rimmed vacuoles 


СІС 
The Bohan and Peter classification criteria 


|. Symmetric proximal muscle weakness. 
2. Elevation of skeletal muscle enzyme levels. 


3. Abnormal EMG results - Polyphasic, short, small motor unit potentials; fibrillation; positive 
sharp waves; insertional irritability; and bizarre, high-frequency, repetitive discharges. 


4. Muscle biopsy abnormalities -Degeneration/regeneration, perifascicular atrophy, necrosis, 
phagocytosis, fiber size variation, and mononuclear inflammatory infiltrate 


5. Typical skin rash of DM 


Classification Criteria : subtypes of IIM 
Воһап and Peter ( 1975) 
Dermatomyositis (DM) Dermatomyositis (DM) 
Polymyositis (PM) Polymyositis (PM) 

Inclusion body myositis 
Immune mediated necrotizing 
myopathy 

Amyopathic DM 
Anti-synthetase syndrome 
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Myositis Specific Auto-antibodies 
Anti-synthetase syndrome Necrotising | | Amyopathic | 
myopathy | 


Dermatomyositis 
dermatomyositis 


Anti-NXP-2 


Drug management 


Treatment 


Mixed CTD(is on its own): Alarcon-Segovia 


diagnostic Criteria (positive antibody and 3 of clinical 


Serologic Criteria Positive anti-U1RNP at hemagglutination 
titer >1:1600 


Clinical Criteria Edema of hands 
Synovitis 
Myositis 
Raynaud's 
Acrosclerosis 


